Background: Intramedullary spinal hemangioblastomas are known to be accompanied by syringomyelia. Case Description: Here, we report a patient who presented with symptoms of a Chiari malformation but was found to have a D4 intramedullary hemangioblastoma with a holocord syrinx. Conclusions: Although rare, neurosurgeons should keep in mind the possibility of an intramedullary hemangioblastoma in patients presenting with symptoms of a Chiari malformation.
INTRODUCTION
Spinal hemangioblastomas compromise 1.6-2.1% of all primary spinal cord tumors. They are located in cervical or thoracic region, and are typically highly vascular solid and/or cystic lesions. Although they may be associated with syringomyelia, they only rarely present with holocord syrinxes. [2] Here, we report a patient who presented with symptoms/signs of a Chiari type 1 malformation, but whose evaluation revealed a D4 intramedullary hemangioblastoma with a holocord syrinx.
CASE REPORT
A 21-year-old female presented with progressive numbness/tingling of the face, hands and feet, along with neck pain, gait instability, and hesitancy/urge incontinence of 6 months duration. On examination she exhibited weakness of both the upper and lower extremities along with the inability to feel hot/cold, and loss of pain sensation in both upper limbs and trunk. On examination, she exhibited a spastic quadriparesis (power 4/5) with atrophy in all four limbs. Reflexes were brisk bilaterally in all four extremities and she had bilateral Babinski responses. Dissociative sensory loss was present from T1 to T12 dermatomes bilaterally. Urodynamic study revealed detrusor hyperreflexia with sphincter dysynergia, requiring an indwelling Foley's catheter.
Diagnostic studies
The cervicothoracic magnetic resonance imaging (MRI) revealed a well-defined 14 × 15 × 25 mm lesion at the D4 level. It was isointense on T1, heterogeneously hyperintense T2, and intensely enhanced within the cord at the D4 level. Additionally, it showed cystic degeneration with collateral channels on the surface [ Figure 1 ]. An accompanying 
Surgery
The patient underwent a near total surgical excision of the lesion. The histology confirmed a WHO grade 1 hemangioblastoma.
Thorough ophthalmological, abdominal, and brain evaluation documented no additional lesions that could be attributed to von HippelLindau (VHL) syndrome.
Postoperative course
The patient ambulated by the end of the first postoperative week; she can now walk without support. Although urodynamic studies showed significant improvement, she still requires intermittent catheterization.
DISCUSSION
Syringomyelia is seen mainly in association with Chiari malformation, inflammatory pathologies, infarction, trauma, and intramedullary spinal cord tumors. Syrinxes with the latter are variously attributed to transudation of fluid from the tumor vessels, obstruction to cerebrospinal fluid (CSF), and/or obstruction of extracellular fluid flow. The subarachnoid and the extracellular spaces are a single fluid compartment with interrelated fluid flow; a block in one of the spaces may be reflected as increased flow in the other. Of interest, the higher the level of the tumor the greater the incidence of the accompanying syrinx. [3] In this case, holocord syrinx formation occurred both rostral and caudal to the D4 hemangioblastoma. Here, we postulate the syrinx could be attributed both to obstruction of CSF flow and transudation of highly proteinous tumor fluid.
Although holocord syringomyelia has also been most frequently reported in conjunction with Chiari malformations, [1] a thorough evaluation of the whole spine should be performed in patients presenting with holocord syringomyelia to rule out intramedullary tumors (e.g. as in this case, a hemangioblastoma).
CONCLUSION
Although most patients presenting with holocord syrnigomyelia, are thought to have Chiari malformations, others may have focal intramedullary spinal cord tumors. Therefore, it is critical to assess the entire spine to avoid missing these lesions and the opportunity to correctly treat these patients.
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